A one-day-old preterm female child was admitted in Neonatal Intensive Care Unit with cutaneous lesions over face, scalp and back since birth. Baby was having bradycardia at birth. Antenatally on ultrasonography there was fetal pericardial effusion and oligohydramnios. Mother was gravida two, para one with no live births. Her first pregnancy was terminated at 16^th^ week of gestation as the baby was anencephalic. Mother had no other systemic signs and symptoms of any disease, no photosensitivity, no history of genital infections during pregnancy and no history of any drug intake during pregnancy.

Dermatological examination revealed ill defined, erythematous slightly scaly rash around both eyes with telangiectasia and multiple triangular, atrophic scars of variable size distributed over face particularly forehead, scalp and trunk \[Figures [1](#F1){ref-type="fig"}--[3](#F3){ref-type="fig"}\].
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The neonate\'s electrocardiography showed complete atrioventricular dissociation and two-dimensional echocardiography showed patent foramen ovale with mild pericardial effusion. Serology of both mother and baby showed ANA and anti-Ro/SS-A positive with ANA titres of 5.20 and 4.60 for mother and child respectively using ANA Blot assay.

WHAT IS THE DIAGNOSIS? {#sec1-1}
======================

ANSWER {#sec1-2}
======

Diagnosis- Congenital Lupus Erythematosus.

DISCUSSION {#sec1-3}
==========

Neonatal lupus erythematosus (NLE) is an uncommon disease, first described by McCuiston and Schoch in 1954.\[[@ref1]\] It is caused by the passage of maternal antinuclear antibodies (ANA) and extractable nuclear antigen (ENA) antibodies through the placenta.\[[@ref2]\] The ENA are anti-Ro/SSA, anti- La/SSB, and less frequently anti-RNP. Its congenital variant, known as congenital lupus erythematosus (CLE), is very rare. At the moment of diagnosis mothers are asymptomatic in 40-60% of cases. The most common clinical findings include cutaneous lesions and third-degree congenital heart block. Other extra-cutaneous manifestations include thrombocytopenia, aplastic anemia, transient hepatic involvement and central nervous system vasculopathy. However, multisystem involvement is less common.\[[@ref3][@ref4][@ref5]\] Both mother and the child are at an increased risk of developing some rheumatologic or autoimmune disease in future.\[[@ref3][@ref5][@ref6][@ref7]\]

NLE dermatitis is a transitory benign condition disappearing in approximately seven months coinciding with the disappearance of maternal IgG in fetal circulation.\[[@ref3]\] The rash is typically annular or polycyclic, erythematous and scaly. It commonly appears weeks after birth and is distributed usually on sun exposed areas, mainly face, scalp and neck. It typically affects the peri-orbital region giving a spectacle like distribution of skin lesions around the eyes which is characteristic.\[[@ref8]\] This is known as "Raccoon" sign. CLE is very unusual and cutaneous lesions can differ from NLE, presenting with atrophy or scarring.

NLE is the main cause of isolated congenital heart block which typically starts during the second or third trimester of gestation, and is responsible for the high mortality (20- 30%) and morbidity in these patients.\[[@ref2]\] Later cardiomyopathy can also occur.

Differential diagnoses include intrauterine infections (Congenital syphilis, congenital varicella syndrome, herpes neonatorum), as well as syndromes with cutaneous atrophy or cutaneous aplasia (Goltz syndrome, MIDAS syndrome).\[[@ref2]\]

Thus diagnosis of NLE and CLE can be confirmed through history, physical examination and the presence of specific antibodies in fetal and maternal circulation. Skin biopsy is useful and supportive in making diagnosis.\[[@ref8]\] Skin biopsy will show interface vacuolar dermatitis with mucin deposition in the dermis and perivascular lymphocytic infiltrate. Direct immunofluorescence will show granular deposits of IgG and C3 at dermoepidermal junction.

The prognosis of children with cutaneous lesions is excellent and the majority of these lesions disappear during the first six months of life, even without treatment. However, photoprotection is almost always recommended.\[[@ref6]\] Patients with heart block usually require pacemaker implants.

All pregnant women with anti-SSA/Ro-SSB/La antibodies should have serial fetal echocardiography done by an experienced pediatric cardiologist weekly from 16 to 26 weeks and every other week until about 34 weeks. The initiation of dexamethasone or plasmapheresis can be considered as prophylactic therapy of the high-risk mother (documentation of high titre anti-SSA/Ro and anti-SSB/La antibodies, and a previous child with NLE/CLE).\[[@ref6]\]
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